Discussion
. , 1 The term 'histiocytosis X' was coined by Lichtenstein to denote a disease characterized by abnormal tissue infiltration of macrophages. It may affect almost any organ, hence the clinical findings are extremely variable. Letterer-Siwe disease, Hand-SchullerChristian disease and eosinophilic granuloma of bone are different clinical expressions of the same disease. The 'X' in histiocytosis X was intended to signify the disease's unknown aetiology. This connotation is still true today.
Diabetes insipidus is a known complication of histiocytosis X2. In a review of 43 cases of histiocytosis X in children under the age of 12, followed over a 29·year period, Sims reported 14 patients (32%) in whom diabetes insipidus developed", Classically the symptoms of polyuria and polydipsia in patients with histiocytosis X have been attributed to antidiuretic hormone deficiency. In our patient, the normal serum sodium and serum osmolality, and the ability to concentrate urine during water deprivation (urine osmolality 621 mosmolll, total urine output of 1220 ml in 28 hours) were against the diagnosis of diabetes insipidus. Her polyuria was secondary to an apparent primary polydipsia. We feel that the primary polydipsia was due to histiocytic infiltration of the thirst centre of the hypothalamus as opposed to a psychological aetiology -a conclusion that is supported by her sustained response to DD AVP from age 3 years.
There is increasing evidence that histiocytic infiltration can affect the hypothalamus with resultant diabetes insipidus, obesity, thermal instability, hypogonadism, hypothyroidism, growth failure, sleep disturbance and emotional disturbancev". Since the thirst centre is in close proximity to the supra-optic nuclei'', and with some overlapping structurally between the two areas'', it is not surprising that the thirst centre may be involved.
The recognition of combined or sequential involvement of the supra-optic nuclei and the thirst centre is not widely recognized, although in 1971 Helbock et at. suggested the possibility of a dual lesion 10. Our patient demonstrated sequential impairment of the function of two hypothalamic centres, and is of further interest because the primary polydipsia responded to DD AVP. Presumably such therapy pharmacologically lowered her serum osmolality to the point where the thirst centre was 'turned off'. The cautious use of DD AVP may be of benefit in the management of some patients with histiocytosis X who have isolated primary polydipsia (thirst centre involvement). several subcutaneous nodules up the leg resembling sporotrichosis and regional lymph node enlargement. Swabs from the ulcer yielded a heavy growth of Lancefield group A beta-haemolytic streptococci and Staphylococcus aureus. Despite treatment with appropriate systemic antibiotics the ulcer continued to enlarge, the nodules developed a purplish discoloration and one broke down spontaneously to form a secondary ulcer. Histological examination of biopsies taken from the edge of the primary ulcer and from an intact nodule showed a similar dense granulomatous deep dermal infiltrate composed mainly of epithelioid histiocytes within which scanty Leishman-Donovan (LD)bodies were seen (Figure 2 ). LD bodies were also evident in smears of needle aspirates from the ulcer edge. Indirect fluorescent antibody titres to leishmania promastigotes were significantly increased at 1/64 and tissue cultures from the ulcer edge yielded leishmania promastigotes which were later identified as Leishmania brasiliensis brasiliensis on isoenzyme characterization using starch gel electrophoresis'.
After treatment with a ten-day course ofintravenous sodium stibogluconate (Pentostam) 6{)0 mg daily, tissue cultures were still positive and he was therefore treated with a further course of 600 mg intravenously
